Neonatal lupus erythematosus (LE) is associated with anti-Ro and/or anti-La antibodies. Herein, we present a 2-month-old female baby born to an LE mother in evolution. The baby was positive for U1-ribonucleoprotein antibodies and negative for anti-Ro and anti-La antibodies and was not having any systemic involvement.
Introduction
Neonatal lupus erythematosus (NLE) is a rare autoimmune disease due to passage of maternal IgG autoantibodies, mostly anti-Ro/SSA and anti-La/SSB and U1-ribonucleoprotein (RNP) antibodies. The incidence of NLE is 1 in 20,000 American live births. It has been reported that 50% of mothers with NLE infants may be asymptomatic. [1] It can present with heart blocks and skin, hepatic, or hematological manifestations.
Case Report
A 2-month-old female baby was brought to the Dermatology Department with a history of erythematous scaly patches around both the eyes of 1-month duration. The baby was born at term by lower-segment cesarean section to apparently normal mother. The infant was normal at birth; a month later, the mother noticed erythematous patches over the inner aspect of both eyes and gradually spread to involve the entire periorbital area. There was no history of any topical application or instillation of eye drops. The mother was not a known case of LE, and she did not give a history of joint pain, Raynaud's phenomenon, photosensitive rash, convulsions, chest pain, muscle pain, and oral ulcers. -3] . There was neither atrophy nor telangiectasia. Systemic examination was unremarkable. She was provisionally diagnosed as subacute cutaneous lupus erythematosus (SCLE) and NLE. Hartnup disease was kept in the differential diagnosis. However, Hartnup disease was ruled out as there were no seizures, nystagmus, or hypotonia in the index case. Routine hematological, biochemical investigations, chest skiagram, electrocardiogram, two-dimensional (2D) echocardiography, and ultrasonography of the abdomen were unremarkable. Serological investigations revealed positive antinuclear antibodies (ANA) (2.5) and positive anti-U1RNP antibodies (3+). However, anti-Ro and anti-La antibodies, anti-dsDNA antibodies, anticentromere antibodies, anti-Scl 70 antibodies, and anti-Mi2 antibodies were negative. Venereal disease research laboratory test (VDRL) and human immune deficiency virus (HIV) serology were nonreactive. Skin biopsy and direct immunofluorescence (DIF) test could not be done as the mother did not give consent. Examination of the mother revealed no clinical evidence of any connective tissue disease. Serology of the mother showed positive ANA (3.92), anti-dsDNA (2.96), and anti-U1RNP antibodies (3+). Anti-Ro and anti-La antibodies, anticentromere antibodies, anti-Scl 70 antibodies, and anti-Mi2 antibodies were negative. VDRL test and HIV serology were nonreactive. She did not give consent for skin biopsy and DIF study. She was diagnosed as LE in evolution based on serological findings. She was further investigated for evidence of systemic involvement which included hematological and biochemical investigations, urine analysis, chest skiagram, electrocardiogram, 2D echocardiography, and ultrasonography of the abdomen. However, the results revealed normal study. In view of the positive U1RNP antibodies in both mother and infant, possibility of both mixed connective tissue disease (MCTD) and LE in evolution in mother and NLE and MCTD in infant were considered. As the mother is LE in evolution and typical periorbital annular scaly rash in the baby, the diagnosis of NLE was considered. The baby was finally diagnosed as anti U1RNP positive and anti-Ro and anti-La negative NLE, and the mother was diagnosed as LE in evolution.
As there was no evidence of systemic involvement in both baby and mother, they were advised photoprotection and were kept under observation and follow-up.
Discussion
McCuistion et al. first described typical lupus eruption in a newborn infant in 1984. [1] The presence of human leukocyte antigen B8 (HLA-B8) and HLA-DR3 in mother predisposes the infant to NLE and congenital heart block. NLE is known to occur in both boys and girls equally. [2] Most cases have either cardiac lesions or skin lesions, and approximately 10% have both. [3] The spectrum of clinical features of NLE includes transient rash, congenital heart block (CHB), hepatomegaly, pneumonitis, lymphadenopathy, thrombocytopenia, and hemolytic anemia. The rash usually appears in the first 2 months of birth. Similarly, the reported case also presented with rash in neonatal period. Annular erythematous plaques with slight scaling are characteristic of NLE. [4] Characteristically, the rash develops on sun-exposed areas such as face, arms, and scalp. Often, the rash is annular and circumscribed resembling adult lesions of SCLE. The annular scaly patches surrounding the eyes in the reported case are characteristic of NLE. The skin lesions usually disappear in 6-9 months. Heart is affected in 60% of cases, complete heart block (CHB) being the most common (15%-30%) due to fibrosis of bundle of His and is usually permanent and require a pacemaker. [5] Mortality rate with cardiac involvement is 20%, and 10% of NLE patients have hepatic involvement, and 10% have hemolytic anemia, thrombocytopenia, and neutropenia. Favorably, children with NLE are not at increased risk of development of systematic LE.
Majority of infants with NLE are associated with anti-Ro/SSA and anti-La/SSB antibodies. The absence of these antibodies in the index case is notable. Solomon et al. [6] reported three cases of U1RNP-positive NLE with cutaneous lesions similar to the anti-Ro-positive NLE, although lacked systemic abnormalities. Sheth et al. [7] and Frey et al. [8] also reported similar observations in their case studies [ Table 1 ]. The index case is in concert with the case reports documented in the literature as it is also The absence of heart block in the index case may be attributed to the absence of anti-Ro antibodies. However, the case requires further observation for systemic manifestations such as cardiac conduction defects. The prognosis is good in the index case as there is no systemic involvement. Nonetheless, regular follow-up is required until adolescence. Future pregnancies should be monitored by serial echocardiography. Dexamethasone and intravenous immunoglobulins have been used with success in the management of heart block in NLE in utero. [9] Financial support and sponsorship Nil.
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